Epithelioid angiosarcoma (AS) is a rare vascular tumor affecting more commonly men in their seventh decade. We are reporting a case of epithelioid AS affecting a male patient in his third decade. He presented with a well-defined ulcerated plaque with an elevated border on the scalp. Histopathology showed sheets of epithelioid cells infiltrating the dermis, formation of slit-like vascular spaces, and cellular atypia. Immunohistochemistry showed positive CD31, D2-40, and FLI-1 and negative cytokeratin and epithelial membrane antigen. With these findings, a diagnosis of epithelioid AS was made. This case highlights the rare occurrence of this condition in younger age group. This is an open access journal, and articles are distributed under the terms of the Creative Commons Attribution-NonCommercial-ShareAlike 4.0 License, which allows others to remix, tweak, and build upon the work non-commercially, as long as appropriate credit is given and the new creations are licensed under the identical terms.
IntroductIon
Epithelioid angiosarcoma (AS) is one of the rare highly aggressive vascular tumors which can arise from different primary sites like skin, bone, thyroid, and adrenals. It poses a great diagnostic challenge both clinically and histopathologically. Histopathologically, it can mimic various malignancies such as metastatic carcinomas, malignant mesothelioma, melanoma, anaplastic lymphoma, epithelioid peripheral nerve sheath malignancies, and epithelioid sarcomas when obvious vasoformative foci are not found. Here, we report a case of epithelioid AS which not only posed a diagnostic challenge but also an unusual presentation in very young individuals.
casE rEport
A male patient aged 24 years presented to the dermatology department with a history of a skin lesion on the right side of the scalp. The lesion started as a small papule 3 months back, gradually increased in size to about 3 cm × 5 cm. It was associated with pain and discharge for which he had consulted a local practitioner where he was prescribed antibiotics. After taking antibiotics, discharge stopped, but the lesion continued to grow and was associated with pain.
On examination, a well-defined plaque with central ulceration and irregular, elevated border measuring 3 cm × 5 cm was present on the right side of the occipital area [ Figure 1 ]. There was tenderness present but no bleeding, discharge, or lymphadenopathy at the time of examination. Histopathological examination of the punch biopsy specimen showed vascular spaces lined by plump endothelial cells and dense interstitial inflammation, suggesting a probable diagnosis of Kaposi's sarcoma. His routine investigations, i.e. complete hemogram, liver function, renal function test, and chest X-ray, were normal; VDRL for treponemal infection and enzyme-linked immunosorbent assay for HIV were nonreactive. However, to reconfirm the diagnosis and also to devise therapeutic mode of management, excision biopsy was advised. Histopathological examination of the excised specimen showed significant acantholysis with islands of tumor cells showing squamoid differentiation infiltrating the dermis [ Figure 2 ]. Dermis showed vascular channels forming slit-like spaces, few of which were filled with red blood cells [ Figure 3 ]. Features of cellular atypia were evident [ Figure 4 ]. With the above findings, a diagnosis of moderately differentiated squamous cell carcinoma was suggested. However, in view of young age, significant acantholysis, and slit-like spaces, immunohistochemistry (IHC) examination to rule out vascular tumor was advised. On IHC, the neoplastic cells expressed positive for CD31, D2-40, and FLI-1 and negative for cytokeratin (CK) and epithelial membrane antigen (EMA) [ Figure 5 ]. Ki-67 proliferation was around 30%, and the neoplastic cells retained INI1. With this immunomorphological features, a final diagnosis of epitheloid AS was made. The patient was further evaluated to rule out metastasis and referred for radiotherapy.
dIscussIon
ASs are rare, highly malignant tumors of endothelial origin. Based on the site of origin, these are classified into cutaneous, visceral, and soft-tissue subtypes. Most of the ASs are of soft-tissue type, with very few cases falling into cutaneous and visceral subtypes. [1] Histopathologically, these lesions may show variable presentation which range from endothelial atypia to high-grade spindle cell malignancies. A subset in which the malignant endothelial cells have a predominantly epithelioid appearance is called as epithelioid angoisarcoma. [2] Rosai et al.
first described the epithelioid phenotype of AS in 1976, which was later documented by Fletcher et al. in 1991. [3] Epithelioid AS predominantly affects males in their seventh decade though a few pediatric cases have been reported. [1] This rare subset involves mainly deep soft tissues and has male preponderance, with predilection sites being trunk, legs, and head-and-neck regions. It has a poor prognosis and can histologically mimic nonvascular neoplasms and impose serious diagnostic challenge. [4] Cutaneous AS is again subclassified into following four groups: first and most common being idiopathic occurring in elderly individuals with poor prognosis; the second one being associated with chronic lymphedematous limb; [5] third, rare variety associated with radiotherapy; [6] and the fourth variant is miscellaneous which includes noncutaneous AS and AS arising on benign lesions such as arteriovenous malformations.
On hematoxylin and eosin-stained sections, focal areas of irregularly anastomosing vessel formation are usually Epithelioid AS is characterized by epithelioid morphology with scarce or even entirely absent vascular channel formation mimicking squamous cell carcinoma. In such a situation, IHC markers aid in the confirmation of diagnosis. However, even epithelioid ASs express CKs in around 50% of cases (CK was negative in our case) and they make diagnosis more challenging. [7] Vascular IHC markers have a significant role in such challenging cases. CD31 is a sensitive marker, being at least weakly positive in almost all cases. CD34 positivity ranges from 40% to 100%, and it tends to stain areas with readily apparent vessel formation. Consequently, its utility in sheeted, poorly differentiated lesions is limited. [1] Another new marker of lymphatic endothelium monoclonal antibody D2-40 is found to be positive in vascular tumors such as Kaposi's sarcoma and a subset of ASs. [8] Recently, FLI-1 has been reported as the first nuclear marker of endothelial differentiation. [9] Al-Abbadi et al. in their study to evaluate the positivity of epithelial cell markers showed that CK was positive in only one and EMA was positive in two out of 33 cases of AS. [10] In the present case, neoplastic cells expressed CD31, D2-40, and FLI-1 positivity and were negative for CK and EMA.
conclusIon
Epitheloid AS with its diversity of clinical presentations, histopathological resemblance to epitheloid tumors, and overlapping IHC markers positivity poses a diagnostic challenge to both dermatologists and pathologists. This case is being reported for its rarity, early onset and diagnostic dilemma associated with it. 
